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The relationship between nvvus spilus and the macular pigmentation of neurofibromatosis is not fully understood, although giant melanosomes occur in both conditions. Moreover, each type of lesion may occur together in the same patient (as in our two cases), or separately in different members of a family (Fitzpatrick 1974) .
Giant pigment granules, first observed by Szabo (1959) in neurofibromatosis, and later in nevus spilus (Konrad et al. 1974) , are not found in cafe-au-lait macules in normal subjects (Johnson & Charneco 1970) and are usually absent from these lesions in Albright's disease (Benedict et al. 1968 ).
According to the criteria of Crowe et al. (1956) , in Case 1 there is insufficient evidence to support a diagnosis of neurofibromatosis as there is only one cafe-au-lait macule. It is of particular interest, therefore, that giant melanosomes have been found in this lesion as well as in the nwvus spilus. Perhaps the caf&-au-lait macule represents a 'non-spotty' version of nwvus spilus.
In Case 2, however, a diagnosis of neurofibromatosis seems highly probable as she has more than 5 cafe-au-lait lesions. It is obviously of considerable importance to follow the progress of this patient very carefully, as she may develop other features of the disease in future. Histopathology: Scalp (Dr A Jarrett): The epidermis showed some hyperactivity with crusting on the surface. In the deeper dermis there is a marked chronic inflammatory infiltrate consisting of plasma cells and lymphocytes. In the more superficial dermis there are large rounded histiocytes which are invading the epidermis and in places producing vesiculation. This is compatible with the changes seen in Hand-Schiiller-Christian disease. Vulva (Dr P E Hughesden) ( Fig 2) : Dermal, somewhat nodular, collection of histiocytes, in places foamy, associated with a few eosinophils, lymphocytes and plasma cells, with incipient ulceration at one point. The appearance is consistent with Hand-Schuiller-Christian disease. Endocrine investigations: Pitressin deprivation for 36 hours produced fluid intake of 6 litres and output of 8 litres. Urine and plasma osmolality remained within normal limits. LH and ESH levels normal. Normal Ta resin uptake, T4, TSH, ACTH, cortisol (9 a.m. and midnight). Growth hormone 3 ng/ml. Insulin stress testnormal cortisol and ACTH response. Low growth hormone response (maximum 6.1 ng/ml). Proposed treatment: Superficial radiotherapy to scalp and vulva.
The clinical appearances of scalp and vulval lesions are of histiocytosis X (Winkelmann 1969) . She also presented hypothalamic abnormalities with low secretion of both anterior pituitary and posterior pituitary hormones and may be considered to have Hand-Schiuller-Christian disease. The classical triad of exophthalmos, defects in membranous bones and diabetes insipidus is infrequent. In 29 patients Avery et al. (1957) found only 3 with the full clinical picture; 9 had skin lesions. The diagnosis of our patient has been confirmed histologically. Electron-microscopic examinations of histiocytes from lung, bone, skin and lymph nodes of patients with Hand-Schiller-Christian disease (Imamura & Muroya 1971) show presence of rod and tennis racket shaped organelles typically found in Langerhans cells. This suggests that the disease process is a reactive hyperplasia or tumour of these cells.
Dr R A J Eady: Electron microscopy is of importance in establishing the diagnosis in histiocytosis X as it is the best method for demonstrating Langerhans cells which are found in this group ofdiseases.
The following cases were also presented: 
